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At post-mortem, apart from typical skin changes, the kidneys showed evidence of interlobular fibrosis in the parenchyma, arteriolar intimal fibrous proliferation and glomerular tuft swelling with fibrinoid necrosis. These changes confirmed the diagnosis of PSS with renal involvement.
Discussion
Renal involvement in PSS is of bad prognostic significance and is a frequent cause of death (Farmer et al. 1960 , Bennett et al. 1971 ). Cannon et al. (1974 found that 45% of 210 patients with PSS had markers of renal involvement; 13 % had hypertension, proteinuria and azotemia and half of these had malignant hypertension, as in our patient. At follow up only 10% of those with renal markers were alive, compared to 60% of those without renal involvement. In particular, azotemia and malignant hypertension were most serious, with a mean survival of less than one month. Renal histology was similar to that in our patient. Some of the renal changes may be due to proliferation of interlobular and glomerular basement membrane collagen. Proliferation of intimal collagen could cause renal vascular changes, but equally such proliferation could be secondary to hypertension.
In our patient there was clinical and biochemical evidence of reduction in new collagen formation in the skin during D-penicillamine therapy. This drug, however, did not prevent the development of rapidly advancing renal involvement and malignant hypertension. A possible explanation for this apparent paradox is the type of crosslinking found in the different forms of collagen in skin and kidney. In collagen there are two types of crosslinks, namely the aldimine and keto forms. In scleroderma skin it is the former type that proliferates, and this crosslink can be cleaved by D-penicillamine. Work is in progress to determine the type of crosslink in renal collagen in scleroderma, but it is possible that it is the keto form which is resistant to Dpenicillamine. For this reason the drug may be effective for cutaneous disease but not for the renal or other systemic manifestations. Spinal tuberculosis is not yet a disease of the past in Great Britain (Jackson 1971 This case illustrates well the lack of radiological change in early spinal tuberculosis.
Case 2
A 53-year-old London woman presented with a six-month history of thoracic pain of increasing severity, later accompanied by root pain. Examination showed pain on thoracic rotation with tenderness over the spinous processes of T9 and T10. ESR was raised and X-ray of the thoracic spine showed a destructive lesion of the body of T9 with a paravertebral soft tissue mass. An abscess cavity was drained and subsequent culture showed the lesion to be tuberculous. Following three months' bed rest and antituberculous therapy the patient was slowly mobilized, with a recurrence of pain. X-ray showed further destruction, with a persistence of the paravertebral mass. Re-exploration with spinal fusion was considered necessary, and the patient was fitted into a plaster boat; she found this extremely stressful, and she suddenly collapsed and died.
At post-mortem both adrenal glands were completely destroyed by fresh tuberculosis, in spite of the fact that the organism cultured in the laboratory was sensitive to all three antituberculous agents the patient had received. Another interesting point is that at no time until her collapse did her blood pressure fall below 110/80 and that on several occasions her electrolytes were normal.
There is still no universal agreement on the treatment of spinal tuberculosis, and this led the Medical Research Council to set up a series of controlled trials; the first four reports have now been published (Medical Research Council 1973a , b, 1974a . These reports indicate that where facilities exist the 'Hong Kong' radical operation with chemotherapy gives the best result, but simple out-patient therapy with PAS and INAH may be relied on to give good results. Recent reports on the treatment of pulmonary tuberculosis with a combination of drugs including Rifampicin (East African/British Medical Research Councils 1973) for only six months gave very good results. Further study of this regime in the treatment of spinal tuberculosis is yet to be evaluated.
